Hyaline bodies may be found in the optic disc and in several parts of the retina as a nonspecific finding (Wolter, 1959). The term drusen ("colloid bodies") is usually reserved for large hyaline bodies of the optic disc and Bruch's membrane.
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A. P. Dieutman and L. M. A. A. Jansen The clinical picture of dominant drusen is variable. All sizes of drusen from small (Fig. i ) to large ( Fig. 2 ) have been described (Fuchs, I956) . This dystrophy usually affects both eyes symmetrically and develops between the ages of 2o and 30 years with a few small round white drusen appearing at both posterior poles. These usually increase in number and later in size until late middle age, when the posterior pole is covered with white spots, which may show a mosaic, though the typical honeycomb appearance described by Doyne is often absent. The spots then coalesce and the overlying retina becomes thin and atrophic, while pigmentation and choroidal atrophy become apparent. As a complication retinal haemorrhages may occur. The finding of white colloid bodies on the nasal side of the disc (Fig. 3) dominant drusen. In advanced cases almost rectangular patches surrounding the optic disc are a characteristic feature. The purpose of this paper is to present two families, each with a characteristic ophthalmoscopic pattern. Individuals are not usually affected ophthalmoscopically by this dystrophy before the age of 20 years, but we found dominant drusen in a pair of identical twins and in two boys aged I2 and 14 years.
The two families included ten affected individuals and, apart from two cases reported by Waardenburg (I948), no other cases have been described in the Netherlands.
Case histories FAMILY I (Fig-4 (Fig. iI) . The vessels, discs, and retinal peripheries are normal, visual fields and colour vision are unaffected. The dark adaptation and the electroretinogram are normal; the electro-oculogram, however, is subnormal (right eye 155 per cent.; left eye I64 per cent.). The technique of recording the EOG and the calculation in percentage of the light peak/dark trough ratio has been described previously (Henkes, Denier van der Gon, van Marle, and Schreinemachers, I968; Deutman, I969 The finding of drusen in identical twins and in the posterior poles of boys aged I 2 and 14 years in Family I is most interesting. In the boys most of the drusen are not white, but of a yellowish-brown colour, indicating that the adjacent pigment cells are not yet completely destroyed. The youngest affected individuals hitherto described were over 20 years of age, but Evans ( 950) described a family with "crystalline retinal degeneration" which included an 8-year-old affected girl. In all probability the family described by Evans is suffering from dominantly inherited drusen of Bruch's membrane. The finding of hereditary drusen in children indicates that this dystrophy should not be classified as an adult form of "heredodegeneration of the macula" (Falls, I966) .
The visual acuity remains normal for a long time but is usually diminished in advanced cases. Colour vision is normal until the fovea is affected, when a decreased sensitivity to red develops. When the destruction of the retina spreads an acquired blue-yellow dyschromatopsia may also be found. The peripheral visual fields remain full, while relative central scotomata develop, followed by absolute scotomata. Dark adaptation is usually normal. Pajtas' (I957), however, reported cases in which true hemeralopia was already present at the age of 14 years. The electroretinogram, being an overall response of the retina, is usually normal, even in advanced cases, but may become subnormal indicating diffuse damage to the neuroepithelium. Krill and Klien (I965) found only a delay in reaching an otherwise normal maximum b-wave.
Like the electroretinogram, the electro-oculogram is a test of the function of the whole retina. Drusen are situated on the inner side of Bruch's membrane and therefore tend to cause early disturbances in the pigment epithelium. In advanced cases a sub-normal electro-oculogram together with a normal electroretinogram and dark adaptation is frequently found, thus indicating the important relationship of the former to the integrity of the pigment epithelium. In other primary disturbances of the retinal pigment epithelium (e.g. in vitelliform dystrophy and fundus flavimaculatus), a pathological electro-oculogram together with a normal or slightly subnormal dark adaptation and electroretinogram is also found (Krill and Klien, I965; Deutman, I969) . The more extensive affection of the second family is expressed in the subnormal electrooculogram found in the two affected women.
Panchromatic films show more abnormal structures than do orthochromatic films ( Fig. i oa, b) . This means that the most extensive lesions are situated mainly in the deeper retinal layers (Craandijk and Aan de Kerk, I969).
Fluorescein angiography shows the appearance of multiple fluorescent spots during the arterial phase the outlines of which correspond to the lesions noted on normal ophthalmoscopic examination, but more abnormal areas are visible. Most of the fluorescent areas persist beyond the venous phase with no change in size. There is no extravasation of dye; the visibility of the drusen is most probably due to a disturbance in the overlying pigment epithelium causing increased visibility of the underlying choroidal fluorescence (Ernest and Krill, I966) . The persistence of fluorescence after the dye has disappeared from the retinal vessels may be due to staining of the drusen (Rubinstein and Paton, 1966) , but it may also be due to the normal capillary tissue fluid exchange, in which fluorescein permeates to the intercapillary space, which is visible in the case of pigment epithelium defects.
Histologically, drusen consist of round accumulations of hyaline within the pigment epithelium. These hyaline bodies are continuous with the inner layer of Bruch's membrane (Treacher Collins, 1913; Wolter, I957, 1959; Forni and Babel, 1962; and others Krill and Klien (I965) grouped these conditions together under the title of "flecked retina syndrome".
In Stargardt's disease, which has to be differentiated from dominant drusen, many white flecks may be present at the posterior pole. This condition may be indistinguishable from fundus flavimaculatus when the latter is complicated by a foveal dystrophy. Retinitis punctata albescens and Bietti's tapeto-retinal dystrophy with marginal corneal dystrophy I968 ) also present a white flecked retina.
Kandori's "fleck retina with congenital hemeralopia" might be yet another distinct entity, although Klien and Krill (I967) supposed that the cases described by Kandori, Setogawa, and Tamai (I965) might possibly fit into the fundus flavimaculatus category. This is doubtful, however, because congenital hemeralopia is not found in fundus flavimaculatus, and furthermore the flecks described by Kandori and others (I965) are much bigger than the small fishtail lesions found in fundus flavimaculatus (Kurimoto and Fukunaga, I969). Capillarosis and "focal choroidopathy" (Yeates, I960) show very tiny white flecks and are therefore easily differentiated.
Summary
In one family there were eight individuals with dominantly inherited drusen of Bruch's membrane, including a pair of identical twins and two boys aged I2 and 14 years.
In a second family the same condition was found in a mother and her daughter. The interfamilial differences in the ophthalmoscopic appearances of this dystrophy are stressed. As Doyne's honeycomb dystrophy and malattia leventinese are indistinguishable entities and therefore probably due to the same gene, it is proposed to use the term "dominant drusen of Bruch's membrane" for this condition. Thus the complicated nomenclature of Tay's choroiditis, Holthouse-Batten's choroiditis, Doyne's honeycomb choroiditis, and malattia leventinese can be avoided.
It is assumed that this is a primary dystrophy of the cells of the retinal pigment epithelium. 
